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Abstract

Progressive muscular dystrophy is a group of inherited disorders characterized by
progressive skeletal muscle wasting and weakness, which was not of neurogenic
origin. Myostatin, a new member of the TGF-B super-family, is a negative regulator
of skeletal muscle growth. To investigate possible involvement of myostatin in
development of progressive muscular dystrophy, we cloned and sequenced
myostatin cDNAs from the progressive muscular dystrophy patients by RT-PCR.
Levels of myostatin mRNA and protein in the patients were analyzed by semi-
quantitative RT-PCR and Western Blot method, respectively. We did not find any
mutations in the myostatin cDNA sequences from progressive muscular dystrophy
patients in this study. However, we found that the levels of myostatin transcripts
are reduced in some patients and the processing and maturation of myostatin
protein are inhibited in some patients. Our data demonstrated that the
pathogenesis of some types or subtypes of progressive muscular dystrophy is
probably associated with the altered myostatin expression and the processing
inhibition of myostatin protein.
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